Wegener's Granulomatosis is a multisystemic granulomatous inflammation of small vessels that typically effects the kidney, skin, joints and lower and upper airway tracts. Because of the multisystemic involvement, the signs and symptoms of disease may arise in heterogeneous fashion. Under the appearance of a nonspecific sytemic complaints, the suspicion of clinician may be a final clue for diagnosis. Here we present a patient with Wegener's granolomatosis sufferring from generalized malaise, fever, heart failure, lung mass and acute renal failure. Multidisciplinary and close colloborative management is important to establish early diagnosis. We belive that plasmapheresis at initial acute onset of vasculitis syndromes especially in severe extrarenal involvements may be a lifesaving management.
iNTRoDUCTioN
Wegener's Granulomatosis (WG), is a multisystemic granulomatous inflammation of small vessels typically effects kidney and lower and upper airway tracts. Because of the multisystemic involvements signs and symptoms of disease may arise in a heterogenous fashion (1) (2) (3) (4) . It also important to point out that systemic involvelments of myocard, lungs and also kidney can be fatal under non specific scenes. This paper presents a patient with severe systemic WG involves upper and lower respiratory tracts, heart and kidney.
Case:
A 42-year-old man was admitted to Infectious Disease Department due to fever, rhinorrhoea and nosebleed. Sinusitis was diagnosed and antibiotic treatment was started. One week later patient was readmitted with malaise, fever, weight loss dysuria. Complete (4.5-11) ]. Serum urea and creatinine levels were normal. Urine analysis showed leukocytouria and hematuria. After sampling of urine for bacteriological culture antibiotic treatment was started emprically. A few days later patient had suffered from chest pain, palpitation and dyspnea. Physical examination also revealed pericardial rubs. Electrocardiography revealed sinus tachycardia Echocardiography showed pericarditis and globally hypokinesia with left ventriculer ejection fraction (LVEF) 25%. The patient was transferred to the Cardiology Department because of a suspicion of myocarditis. Endocardial biopsy showed intense inflammation including polymorphonuclear leukocytes (PMNL), lymphocytes and plasma cells, myocyte hypertrophy and arteriolar fibrointimal thickening. Serial blood and urine cultures showed no definitive organism. Rutine chest X-Ray film showed right apical consolidation and chest computerized tomography (CT) revealed solid mass mimicking lung cancer ( Figure 1 ). Transthoracic fine neddle lung parenchyme biopsy with bronchoscopy revealed intense polymorphonuclear leukocyte infiltration, epitelioid histiocytes with one multinuclear giant cell at specimen. Subsequently urine output decreased and kidney function test increased (Urine output: 250-300 cc/day, serum creatinine: 7.2 mg/dL, serum urea: 183 mg/dL). Kidney ultrasound examination showed normal kidney size with gradually increased thickness of renal parenchyme without postrenal obstruction highly suspicious for intrinsic acute renal failure. Urinalysis has still been showed hematuria. Serum complement levels were normal. Hemodialysis (HD) treatment was started due to high levels of urea and creatinine with hyperkalemia. Kidney biopsy was performed under urgent conditions and small vessel vasculitis was diagnosed (Figure 2A ,B,C). Paranasal computerized tomography showed destructed medial wall of right maxillary bone ( Figure  4 ). Pathological findings of right nasal cavity demonstrated mucosal inflammation, submucosally located multinucleated giant cells, epithelloid histiocytes, lymphocytes, plasma cells and PMNL (Figure 4) . İmmunologic markers also supported cANCA positivity (1/80). Plasmapheresis plus intravenous pulse prednisolone plus intravenous cyclophosphamide therapy was started. Two weeks later HD therapy stopped and the patient discharged with induction therapy and a follow-up lung CT revealed significant regression in the previous solid mass ( Figure  5 ).
DisCUssioN
WG affects especially the respiratory system and the kidney. Because of the multisytemic disease, manifestations may be heterogenous (1) (2) (3) (4) (5) . This is the first we have ever seen such an agressive Wegener granulomatosis with severe myocarditis, 
Şekil 2A: Arterial fibrinoid necrosis. Transmural fibrinoid necrosis of one renal arteriol with intense inflammatory cell infiltration of tubulointerstitial area. (Hematoxylen-eosin. Original magnification X20).

Şekil 2B: Crescentic glomerulonephritis Cellular crescent formation at upper half of renal glomeruli with inflammatory cell infiltration. (Hematoxylen-eosin. Original magnification X20).
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low ejection fraction (LVEF<30%), lung parenchymal solid mass, mimicking lung cancer and acute renal failure. Because of the varying and sometimes nonspecific presentations of WG, multidisciplinary and close colloborative management is important to establish early diagnosis. In our case, nonspecific symptoms were fever, malaise, weight loss with solitary lung mass and were highly suspicious for lung cancer especially if we take into account that our patient is also a cigarette smoker. Multiorgan involvement may be an insidious course in WG as in our case. Cardiac involvement in WG is not as uncommon, ranging from 6-44% of patients. Pericarditis, arteritis, myocarditis, valvulitis and arrhytmias, mostly atrial tachycardia, atrial fibrillation or flutter, are classical signs and symptoms (6) . In our case pericarditis and myocarditis with atrial tachycardia have been detected. In fact late nephrology consultation in this patient because of hematuria had been recorded several times (6) (7) (8) (9) (10) (11) (12) . Oral or parenteral methotrexate and glucocorticoids for induction of remission is a conflicting approach especially in patients with a serum creatinine concentration above 2.0 mg/dL (177 µmol/L) (13) (14) (15) (16) . Plasma exchange appeared to be of benefit among patients who required dialysis (17) and have severe generalized organ dysfunction (18) . In our case we started agressive induction therapy including 5 days plasma exchange (fresh frozen plasma 0.4 L/ kg per day) with pulse glucocorticoid (10mg/kg per day), pulse cyclophosphamide (0.5 g/m2 of body surface area) and daily long session hemodialysis. At the seventh day, the urine output improved. Addition of plasma exchange to cyclophosphamide and glucocorticoid therapy may be a lifesaving approach in such severe cases. During first month of induction therapy EF improved (LVEF= 57%, modified Simpson rule), hemodialysis was stopped and the lung parenchymal mass completely resolved. Although this is a case report, we believe that plasmapheresis at initial acute onset of vasculitis syndromes with cytotoxic therapy especially in patients with severe renal and extrarenal involvement may be life-saving. In conclusion, WG should be kept in mind in systemic inflammatory conditions with active urine sediment and abnormal chest radiograph.
